LEGEND FOR VARIABLESLISTED IN APPENDIX

CASE ID number

AGEDDC Age (years) at diet discontinuation (X if never)
AGEDRS Age (years) diet resumed (X isnever)
AGEDC2 Age discontinued a second time (X if never)

CURRMF Currently taking medical food? (Y =yes, N=no)

CURRPHE Current phelevel (mg/dl)

CURRTYR Current tyrosine level (mg/dl)

USUALPHE  Usual phelevel (current phe unlessrecently returned to diet, in which casethisisthe level
prior toresuming diet)

IDCA12 6-month median phe age 5.5-6 years

IDCBS8 6-month median phe age 9.5-10 years
CIDCFU median of all reported phelevelssince age 12
MU1 Mutation

MU2 "

MCLASS1L Classification of mutation 1
M CLASS2 Classification of mutation 2

PARF Mid-parent full scalelQ
WI1SC10F 10-year WISC Full scale1Q
WISC12F 12-year WISC-R Full scale | Q
VIQFU Adult WAISR verbal 1Q
PIQFU o performance | Q
FIQFU noo full scale1Q
READFU Adult WRAT reading
SPELLFU " " gpelling

ARITHFU " " arithmetic
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Key Vari abl es for Cases Eval uated for
Ordered by Usual

mw>»0n

Phe < 16.0 ng/dL

Q04 10.0 26.0 X Y 3.
F-01 X X Y 5.
E- 17 28.0 X Y 6.
H 05 29.0 X Y T.
G 07 24.0 X Y 10.
A- 08 X X Y 12.
L-22 X X Y 14.
F-10 24.0 28.0 Y 1.
A-10 0 24.0 28.0 N 15.
F- 07 X X Y 15.
L-01 30.0 Y 15.
Phe 16.0 - 19.9 ng/dL
L-27 4.8 24.0 X Y 16.
D22 17.0 X X N 17.
K-01 6.0 27.0 28.0 Y 4.
L-36 14.0 21.0 21.0 Y 17.
H02 6.0 28.0 29.0 N 17.
L-32 6.0 17.0 X Y 17.
E-25 6.2 X X N 18.
L-25 6.0 23.0 23.3 Y 1.
E-27 5.9 X X N 19.
-12 X X Y 19.
L- 07 27.0 X Y 19.
L- 30 X X Y 19.
D- 26 X X ? 19.
L- 03 X X N 19.
K- 09 X X N 19.
H 15 24.0 25.0 N 19.
T-04 X X N 19.
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Key Vari abl es for Cases Eval uated for
Ordered by Usual
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S- 07
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F-02 1
E-31
H 03
L-13
E- 15
L-18
T-01
A-02
N-02
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Key Vari abl es for Cases Eval uated for PKUCS Fol | omup Study 20: 17 Thursday, August 31, 2000
Ordered by Usual Adult Phe Level

U
C C S M M w W S A
A A AC u U u | C cC ¢C I I R P R
G G GU R R A D I L L s s v P F E E I
C E E ER R R L C D D A A P C C | I I A L T
A D D DR P T P A C CM M S S A 1 1 Q Q Q D L H
S D R CM H Y H 1 B FU U S S R 0 2 F F F F F F
E C S 2 F E R E 2 8 U1l 2 1 2 F F F U U U U U U
Phe >= 28.0 ng/dL

I-16 20.0 24.0 24.0 N 28.3 0.71 28.3 7.0 14.0 16 Q72X R40BW SEV SEV 114 . 110 101 98 99 103 102 103
T-05 14.5 X X N29.10.96 29.1 12.4 19.2 @72X R40BW SEV SEV 118 101 . 103 93 98 114 112 105
E-02 6.0 X X N 30.0 30.0 11.5 28.8 116 115 115 102 96 99 116 106 105
N04 6.4 X X N30.0 . 30.0 15.6 30.9 . . . 96 095 . 91 85 87 92 87 81
Q06 6.1 X X N 30.0 1.23 30.0 10.2 37.8 25 I165T ? MOD . 82 88 81 79 87 80 90 95 91
-17 12.0 X X Y 32.51.07 32.5 8.2 6.0 26 L213P R408BW ? SEV 114 . . 104 142 124 107 95 96
E-26 6.0 X X N32.7 0.87 32.7 20.2 31.8 . : . 9 67 70 71 77 73 60 55 55
A-05 6.0 X X N34.0 1.70 34.0 10.3 27.8 27 R4A08W @72X SEV SEV 116 99 91 . . . . . .
H14 6.0 X X N34.6 1.12 34.6 21.0 27.5 20 R4A08W R158Q SEV SEV 102 90 89 86 93 87 90 89 79
N08 6.1 X X N350 . 35.0 19.6 35.0 . . .97 .71 . . . . . .
S-05 6.7 7.0 15.0 N 37.4 0.98 37.4 12.5 18.4 26 P281L R4A08BW SEV SEV 106 72 80 82 78 78 114 110 70
A-13 12.0 X X N 37.5 0.87 37.5 10.9 16.6 25 |165T A246FSDELC MOD SEV 103 88 . 81 81 79 84 85 093
K-03 5.9 10.0 21.0 Y 40.0 1.81 40.0 10.8 26.5 20 P281L | VSIONT- 11GA SEV SEV 108 102 85 88 93 88 107 110 98
N07 6.1 X X N 40.0 . 40.0 6.5 40.8 . . . 124 . 80 . . . . . .
E-20 6.8 15.0 16.5 N 40.9 1.92 40.9 10.1 27.3 18 . . 118 99 92 86 104 92 82 85 79

Back to Appendix B Figures and Tables
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Key Vari abl es for Cases Eval uated for
Ordered by Usual

mw>»0n

Phe < 16.0 ng/dL

Q04 10.0 26.0 X Y 3.
F-01 X X Y 5.
E- 17 28.0 X Y 6.
H 05 29.0 X Y T.
G 07 24.0 X Y 10.
A- 08 X X Y 12.
L-22 X X Y 14.
F-10 24.0 28.0 Y 1.
A-10 0 24.0 28.0 N 15.
F- 07 X X Y 15.
L-01 30.0 Y 15.
Phe 16.0 - 19.9 ng/dL
L-27 4.8 24.0 X Y 16.
D22 17.0 X X N 17.
K-01 6.0 27.0 28.0 Y 4.
L-36 14.0 21.0 21.0 Y 17.
H02 6.0 28.0 29.0 N 17.
L-32 6.0 17.0 X Y 17.
E-25 6.2 X X N 18.
L-25 6.0 23.0 23.3 Y 1.
E-27 5.9 X X N 19.
-12 X X Y 19.
L- 07 27.0 X Y 19.
L- 30 X X Y 19.
D- 26 X X ? 19.
L- 03 X X N 19.
K- 09 X X N 19.
H 15 24.0 25.0 N 19.
T-04 X X N 19.
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Key Vari abl es for Cases Eval uated for
Ordered by Usual

mw>»0n

Phe 20.0 -

S- 07
A-03
F-02 1
E-31
H 03
L-13
E- 15
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T-01
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N-02
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Key Vari abl es for Cases Eval uated for PKUCS Fol | omup Study 20: 17 Thursday, August 31, 2000
Ordered by Usual Adult Phe Level

U
C C S M M w W S A
A A AC u U u | C cC ¢C I I R P R
G G GU R R A D I L L s s v P F E E I
C E E ER R R L C D D A A P C C | I I A L T
A D D DR P T P A C CM M S S A 1 1 Q Q Q D L H
S D R CM H Y H 1 B FU U S S R 0 2 F F F F F F
E C S 2 F E R E 2 8 U1l 2 1 2 F F F U U U U U U
Phe >= 28.0 ng/dL

I-16 20.0 24.0 24.0 N 28.3 0.71 28.3 7.0 14.0 16 Q72X R40BW SEV SEV 114 . 110 101 98 99 103 102 103
T-05 14.5 X X N29.10.96 29.1 12.4 19.2 @72X R40BW SEV SEV 118 101 . 103 93 98 114 112 105
E-02 6.0 X X N 30.0 30.0 11.5 28.8 116 115 115 102 96 99 116 106 105
N04 6.4 X X N30.0 . 30.0 15.6 30.9 . . . 96 095 . 91 85 87 92 87 81
Q06 6.1 X X N 30.0 1.23 30.0 10.2 37.8 25 I165T ? MOD . 82 88 81 79 87 80 90 95 91
-17 12.0 X X Y 32.51.07 32.5 8.2 6.0 26 L213P R408BW ? SEV 114 . . 104 142 124 107 95 96
E-26 6.0 X X N32.7 0.87 32.7 20.2 31.8 . : . 9 67 70 71 77 73 60 55 55
A-05 6.0 X X N34.0 1.70 34.0 10.3 27.8 27 R4A08W @72X SEV SEV 116 99 91 . . . . . .
H14 6.0 X X N34.6 1.12 34.6 21.0 27.5 20 R4A08W R158Q SEV SEV 102 90 89 86 93 87 90 89 79
N08 6.1 X X N350 . 35.0 19.6 35.0 . . .97 .71 . . . . . .
S-05 6.7 7.0 15.0 N 37.4 0.98 37.4 12.5 18.4 26 P281L R4A08BW SEV SEV 106 72 80 82 78 78 114 110 70
A-13 12.0 X X N 37.5 0.87 37.5 10.9 16.6 25 |165T A246FSDELC MOD SEV 103 88 . 81 81 79 84 85 093
K-03 5.9 10.0 21.0 Y 40.0 1.81 40.0 10.8 26.5 20 P281L | VSIONT- 11GA SEV SEV 108 102 85 88 93 88 107 110 98
N07 6.1 X X N 40.0 . 40.0 6.5 40.8 . . . 124 . 80 . . . . . .
E-20 6.8 15.0 16.5 N 40.9 1.92 40.9 10.1 27.3 18 . . 118 99 92 86 104 92 82 85 79

Back to Appendix B Figure and Tables


sub43.htm

Key Vari abl es for Cases Eval uated for

PKUCS Fol | owup St udy

Ordered by Age at Diet Discontinuation

mw>»0n

oOoomeo >

nwoxomao>

<= 6.5 years

L-27
E-31
E-27
K- 03
E- 15
E- 30
G 07
E- 08
E- 05
K- 01
H 02
L- 25
H 15
H 03
N- 02
E-22
E-11
S 01
E-02
E- 26
A- 05
H 14
T-01
A-03
L-32
L-13
A-02
N- 07
Q 06

R R N R R R R R R R R R RN
RPRPPRPPOOOOO0OO0O000000000000000WVWWLW WO

N
~
o

N
~
o

XXXXXXXXX"

12.0

X

17.0
30.0
12.0

X X

21.

24
28
29
23
25

12.

NOOMO >
MV CO

X X X

0

X X X X

.0
.0
.0
.3
.0

XXX XXX XXX

o
2Z2<XK<KXK<KZ2Z2Z2Z2222Z2Z2222<Z2<X<<<Z2<xzZ2z2<xz2z2z<

XX X X X X

QOO WWWOOONOWWWOUIOWOWNONOONOOOOOO

MITXOVOCO

o -

POOROO.

e

A<HDWIOWWCO

.81

.58

. 80
. 82
. 83
.45
.71
.00

.71

. 23

QOO WMWMWOWMWMOONOVMWOUIOODOWOOOOOONOOOOO®O

MITE>»CW0WC

Back to Appendix B Figures and Tables

NP >00

NOUOIOOONUUINOWNUUIFRPORMAWOUARARNONNOGOUI OWOOO®

OO OONUITWUITOOWOOORrMUINUINNNOWOOOOANNM

cowno—

CTmOoO—0O
rC=Z

23.
20.
21.
24.
10.

23.
17.
23.

17.

27.

27.

23.

25.

F55FSDELT
E280K

P281L
| 65T

P225T

| VS12NT1G>A
| VS1ONT- 11G>A
Y216X

T81P

P281L

DELI 94

F39L

| VS12NT1G>A
Y356X

R252Q

RAOSW
RAOSW
R158Q
R158Q
A259V
R252W
RAOSW

| 65T

NCZ

?
R261Q

| VS10NT- 11GA
R408W

R408W

R408W

&18V

S273F

F39L

| VS12NT1GA

| VSIONT- 11GA
| VS12NT1GA

| VS12NT1GA
R4A08W

| VSIONT- 11GA

@72X
R158Q
RAOSW
RAOSW
B52FSDELG
P281L
RAOSW

?

PoOonr>roZ

SEV
SEV

SEV

SEV
SEV
SEV
SEV
SEV
M.D

SEV
SEV
SEV

NOOWZPIOZ

20: 17 Thur sday,

SEV
SEV

SEV

SEV
SEV
SEV

SEV
SEV
SEV
SEV
SEV
SEV

MXOX>T

81
111
113
108
129

102
116
100
101
100
107
105
103
128
100

97
116

116
102

114
109
104
96
124
82

TIOI—‘OU)_E

llé

102
112
115
90
80
83
84
104
111
107

Tll\)l—‘(')(j)_é

70
119

112
107

80
92

96
98
100
70

cCTno — <

[exie 2 '@ R v

77
95

93
110
104

96

77

93

82
101
108

cCTnnQO— T

CTmo>»maxo

August 31, 2000

CTrrmoon

76
102
110
110
123

104

cnrH4— x>


sub43.htm

Key Vari abl es for Cases Eval uated for

PKUCS Fol | owup St udy

Ordered by Age at Diet Discontinuation

mw>»0n

N- 08
H 05
E- 25
L-01
S- 07
N- 04

Q 03

6.6
S 05
T- 04
K-17
E- 20
L- 10
N- 09
L-07
D- 26
Q 04
R- 03
F- 02
|-17
A-13

12.

L-03
E-17
L- 36
T-05
K- 09
N-03
F-10

OO0 0D

NN

10
10
10
12
12
12

6 -

13
14.
14.
14.
15
15
16

A A AC

G G GU

E E ER

D D DR

D R CM

C S 2 F

1 X X N 35.
2 29.0 X Y 7.
2 X X N 18.
3 30.0 X Y 15
4 X X N 20.
4 X X N 30.
5 X X N 25
12.5 years

7 7.0 15.0 N 37.
7 X X N 19
8 8.0 24.0 N 24.
8 15.0 16.5 N 40
9 14.0 18.0 N 26
9 X X N 25
0 27.0 X Y 19
0 X X ? 19
0 26.0 X Y 3
0 X X N 26.
0 X X N 21
0 X X Y 32
0 X X N 37.
20. 0 year

7 X X N 19
0 28.0 X Y 6
0 21.0 21.0 Y 17
5 X X N 29.
0 X X N 19
0 30.0 X Y 13
524.0 28.0Y 1

OOPFrPrP0WO~NO

QO ORI NWOO O

MITXOVOCO

~ArOTORFRL PMOO®

ool NoNeNe]

o

cooor

A<HDWIOWWCO

.52

.00
. 65

.98
.62
.76
.92
. 83
.92

.07
. 87

. 80

.59
. 96
.72
.62
. 94

37.
19.
24.
40.
26.
25.
19.
19.

26.
21.

37.

19.

6.
17.
29.
19.
24.
15.

MITE>»CW0WC

GQUITOROCOOONWOO O D OOPFr 0O OOo

QO OWkr OO

Back to Appendix B Figures and Tables

13

13.
12.

23
11.

NP >00

ONOPFRPWWOOoOUIFLr O~ oCOoOhRPLPPFRPROO

O~NNDAWND

18.
29.
19.
27.
21.
23.
17.
20.
11.
26.
21.

16.

16.

14.
19.
11.
24.
16.

©O© O oo o

cowno—

OO ~NOWUITWAOWHEAOODN

A OWNOOOOLOO

CTOO—0O
rC=Z

23.

25.
17.
18.
22.

25.

19
16.
13.

13.

PN~ BMO

N

| VSANT- 1GA

| VS10NT- 11GA
Y387H

Y356X

P281L
L194P
R158Q

Y277D

L15/ S16FSDELCT
F299C

R4A08BW

| VS12NT1GA

| 65T
L213P
| 65T

Y277D
R261Q
RAOSW
@72X
L48S
| 65T
| 65T

NCZ

L249F

| VS12NT1GA
DELT323
P281L

R408W
R408W
R4A08W

Y204C

E221D222FSDELAG

R408W

R4A0BW
?

R408W
R408W
A246FSDELC

R408W

| VS10NT- 11GA
R408BW

R408W

| VSIONT- 11GA
Y414X

| VSTNT1GA

PoOonr>roZ

SEV
SEV

SEV

SEV
SEV
SEV
M.D
SEV
SEV

SEV
SEV

M.D

SEV
SEV
M.D

NOOWZPIOZ

20: 17 Thur sday,

SEV

SEV

SEV
SEV
SEV

SEV
SEV
SEV
SEV

SEV
SEV
SEV

SEV
SEV
SEV
SEV
SEV
SEV
SEV

MXOX>T

97
112
106
113
127

114

106
105
111
118
113
106
100
102
124

115
114
103

101
132
100
118
108

87
121

TIOI—‘OU)_E

120
95
99

107
95

105

72
83
95
99
111

115
107
103

75

88

107
105

86
101
109

130

Tll\)l—‘(')(j)_é

71
126
87
91
101

104

80

109
92
115
105
112
103
110
67
79

97
107
90

62
117

cCTno — <

114
86
109
97
91
88

82
79
99
86
116
88
119
97
102
68

104
81

103
96
97

103
95
72

129

[exie 2 '@ R v

118
98
121
110
85
95

78
70
101
104
108
89
126
96
118
79
78
142
81

108
113
110
93
98
74
138

cCTnnQO— T

119
89
116
102
87
89

78
74
99
92
114
87
126
97
108
72

124
79

105
102
102
98
96
72
136

CTmo>»maxo

103
97
107
99
92
94

114

97
105

82
109
103
112

105
54
97

107
84

101
103
114
94
44
114

CTrrmoon

August 31, 2000

97
100
104
106

87

95

110
100
110

85
106
106
104

108
55
104
95
85

100
108
112
104

44
108

70
91
93
79
110
93
108

105
96
105
89
44
112


sub43.htm

Key Vari abl es for Cases Eval uated for

PKUCS Fol | owup St udy

Ordered by Age at Diet Discontinuation

A A A

G G G

C E E E
A D D D
S D R C
E C S 2
A-10 17.0 24.0 28.0
D-22 17.0 X X
L-35 18.0 X X

[-16 20.0 24.0 24.0

Never di sconti nued

F- 07
L- 30
L-22
[-12
L-18
A-08
F-01

XX XX XX X

XX XX XX X

XX XX XX X

MZIVIVCO

z2z2zZ2Z2

<< <<=<=<<

15.
17.
27.

15.
19.
14.
19.
22.
12.

MITXOVOCO

WOWOoON

ONOPFRP OO W

PORRP

A<HDWIOWWCO

. 38

.71

.03
.38
. 56
. 56
. 67

15.
17.
27.

15.
19.
14.
19.
22.
12.

MITE>»CW0WC

WOOoON

ONO PP OO W

Back to Appendix B Figures and Tables

13
10.

12.

NP >00

oS uU1lwo

A~NNMNNPEFE OO

15.
12.
14.

10.
13.
12.
10.
11.

13.

cowno—

oh~bw

PNOOONO

CTOO—0O
rC=Z

12,
21,
16,

14.
17.
13.
16.
16.

(el N N Ne]

w

F39L
| 65T
E280K
&272X

| 65T

| VS10NT- 11GA
| VS12NT1GA
R408W

| VS12NT1GA
R4A08W

| VSINTSGT

NCZ

| VS12NT1GA

| VS12nt 1g>a
DELE2/ | VS2NT1
R408W

RAOSW
| 65T

R261Q

| VS12NT1G>A
| VS12NT1G>A
RAOSW

| VS12NT1G>A

PoOonr>roZ

SEV
SEV

SEV
SEV
SEV
SEV
SEV
SEV

NOOWZPIOZ

20: 17 Thur sday,

MXOX>T

SEV
SEV
SEV
SEV

SEV

SEV
SEV
SEV
SEV

111
104

75
114

109
113
109
113
100
122
113

TIOI—‘OU)_E

112
109
83

104
105

95
101
117
113
102

Tll\)l—‘(')(j)_é

102
96
85

110

95
97
96
97
105
115
89

cCTno — <

94
88
88
101

104
105
114

94
128
109
103

[exie 2 '@ R v

cCTnnQO— T

CTmo>»maxo

110 100

99
81
98

107
102

98
102
108
114

92

106
103
113

97
123
112

99

103

105
103
114

97
105
114
109

CTrrmoon

August 31, 2000

102

108
102
110
106
106
119
110

cnrH4— x>

103

100
93
96
89

104

105
98


sub43.htm

	Back to Appendix B Figures and Tables

